Posterior keratoconus is a rare nonprogressive noninflammatory condition unlike anterior keratoconus. It can be congenital or acquired, sporadic or familial, unilateral or bilateral. Bilateral sporadic posterior keratoconus is an extremely rare entity (as bilateral cases are predominantly familial). It is associated with many systemic and ocular features. Various posterior segment manifestations are described in association with posterior keratoconus. We describe a case of FEVR in the setting of bilateral sporadic posterior keratoconus. An occurrence was not reported previously.

A 17-year-old male presented with gradual painless diminution of vision OU for 2 years and nystagmus since birth. There was no history of trauma or ocular surgery. Family history was noncontributory.

Best-corrected visual acuity (BCVA) was 20/600 in OD and 20/1200 in OS. Deep-set eyeballs with horizontal pendular nystagmus of low frequency and low amplitude were noted. Slit-lamp examination revealed OU localized depression of posterior corneal curvature measuring 4 mm in diameter suggestive of posterior keratoconus \[Fig. [1a](#F1){ref-type="fig"} and [d](#F1){ref-type="fig"}\], which was confirmed on anterior segment OCT \[Fig. [1b](#F1){ref-type="fig"} and [e](#F1){ref-type="fig"}\]. Typical oil droplet reflex was noted on retro-illumination \[Fig. [1c](#F1){ref-type="fig"} and [f](#F1){ref-type="fig"}\]. Rest of the anterior segment was normal in OU.

![(a-c) slit-lamp photograph of OD showing posterior keratoconus, anterior segment OCT of OD showing posterior keratoconus, clinical photograph in retroillumination. (d-f) slit-lamp photograph of OS showing posterior keratoconus, anterior segment OCT of OS showing posterior keratoconus, clinical photograph in retroillumination](IJO-68-904-g001){#F1}

Dilated fundus examination of OU revealed small, tilted optic disc with gliotic changes on its surface. Old rhegmatogenous retinal detachment was seen along with multiple subretinal bands \[Fig. [2a](#F2){ref-type="fig"} and [b](#F2){ref-type="fig"}\] in bilateral eyes. Tortuous retinal vessels with supernumerary branches ending short of equator were noted, leaving peripheral retina avascular. These findings were confirmed on UWFA \[Fig. [2c](#F2){ref-type="fig"} and [d](#F2){ref-type="fig"}\]. In addition, peripheral lattice degeneration in temporal retina with multiple holes was observed OU. Based on clinical and diagnostic evidences, patient was diagnosed to be a case of both eye posterior keratoconus with associated FEVR and RD.

![(a and b) wide-field clinical photograph of fundus OD showing attached retina with temporal buckle indent with lattice with hole with temporal avascular retina, FFA showing temporal avascular retina. (c and d) wide-field clinical photograph of fundus of OS showing retinal detachment with subretinal band with temporal avascular retina, FFA showing temporal avascular retina](IJO-68-904-g002){#F2}

After informed consent, the patient underwent scleral buckling surgery in OU sequentially. One month postoperatively, BCVA improved to 20/120 in OD and 20/200 in OS with retina attached. The patient was advised regular follow-up.

Discussion {#sec1-2}
==========

Posterior keratoconus is developmental in most cases and is due to anterior chamber cleavage anomaly.\[[@ref1]\] Acquired causes, on the other hand, are rare and mostly post trauma.\[[@ref2]\] There is constellation of posterior segment features quoted in the literature that can occur along with posterior keratoconus with undetermined genetic linkage.\[[@ref3][@ref4][@ref5][@ref6][@ref7][@ref8]\] Our patient had a unique association of bilateral sporadic posterior keratoconus with FEVR, which to our knowledge never reported earlier. Atypical presentation of FEVR with associated retinal detachment and subtle posterior keratoconus makes our case a diagnostic challenge.

To conclude, FEVR can occur in the setting of posterior keratoconus.
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